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Erythema dyschromicum perstans (EDP) is a pigmentary disorder characterized by multiple pigmented macules on the trunk and proximal extremities \[[@B1], [@B2], [@B3]\]. The hallmark of this disease is erythema occurring on the border of the pigmented macules. On the other hand, ashy dermatosis (AD) or dermatosis cenicienta is a pigmented condition characterized by persistent ashy hypermelanosis \[[@B4], [@B5]\]. Although these diseases are often considered to be identical, some clinical features differ \[[@B6]\]. For example, erythema with scaling around the pigmented patch is a characteristic feature of EDP \[[@B3]\]. However, a recent report demonstrated that the erythematous halo was associated with only 17.3%percnt; of EDP cases \[[@B7]\]. Moreover, a new clinical classification for EDP has been proposed in the recent literature \[[@B8]\]. Herein, we report a typical case of EDP, in which the late skin lesions could be construed as a symptom of AD, and discuss the difference between these two diseases.

Case Report {#sec1_2}
===========

A 61-year-old African-American man presented with a 10-year history of erythema, pigmented macules, and patches on the trunk and extremities. The erythema gradually turned into pigmented macules, which continued to increase in number over time. The macules typically darkened and were sometimes accompanied by pruritis.

The patient visited our clinic complaining of skin eruptions. He was not using any prescription or over-the-counter drugs at the time. A physical examination revealed brownish-grey to greyish-black pigmented macules and patches on the trunk and extremities. The 1- to 3-cm oval macules appeared in a Christmas-tree pattern on his back. Some of macules were surrounded by an erythematous halo and had slightly elevated borders. The margins of the macules were relatively clearly demarcated, and some of the lesions were associated with scales (fig. [1a](#F1){ref-type="fig"}) and also often with mild pruritis. Darier\'s sign was negative. No other skin, mucous membrane, nail, or hair abnormalities were observed in this patient. The laboratory tests including peripheral blood count and biochemistry were all within normal limits. A skin biopsy specimen from the pigmented macules on the right thigh revealed hyperkeratosis and parakeratosis in the stratum corneum and focal infiltration of lymphocytes in the epidermis. Melanin incontinence and perivascular lymphocytic infiltration in the upper dermis were observed (fig. [2](#F2){ref-type="fig"}). These findings implied the previous occurrence of a lichenoid tissue reaction.

Observation of the characteristic pigmented macules associated with an erythematous halo with overlying scales led to the diagnosis of EDP. A topical steroid eliminated the erythematous halo, and an oral antihistamine reduced the itching. After a 4-month follow-up, a dermatological examination revealed pigmented macules and patches on the trunk and the proximal extremities. The color of the macules and patches ranged from brownish-grey to grey. The eruptions were flat and without infiltration or erythematous halos. These hallmark clinical features led to the diagnosis of AD. Four years after the diagnosis, some skin lesions have disappeared while new pigmented macules and patches have developed (fig. [1b](#F1){ref-type="fig"}). During the follow-up, no erythematous halos were observed.

Discussion {#sec1_3}
==========

EDP was first described by dermatologists in Venezuela in 1961. This rare inflammatory skin disorder is characterized by asymptomatic, slowly progressing, ashy-gray, macular hyperpigmentation of the skin \[[@B1]\]. The expanding macules have a slightly raised, erythematous border in the initial inflammatory stage. In the pigmentary stage, macules in various shades of gray are observed mainly on the trunk, limbs, and face.

Ramirez \[[@B4]\], a dermatologist in El Salvador, first reported in 1957 what he described as a novel pigmentary disorder characterized by an eruptive, asymptomatic rash consisting of ash-colored macules. This disease was named AD, or dermatosis cenicienta, and recognized as a well-defined clinical entity. Although some standard dermatology textbooks state that EDP is identical to AD \[[@B5], [@B6]\], some cases of EDP without the erythematous halo, a major manifestation of EDP, have been reported \[[@B9]\]. Furthermore, Chang et al. \[[@B7]\] observed that the peripheral erythematous borders were observed only in 12/68 (17.6%percnt;) patients with EDP. These reports demonstrate that EDP can occur without the erythematous halo. Inoue et al. \[[@B10]\] postulated that only cases with marginal erythema should be considered as EDP, while Zaynoun et al. \[[@B8]\] recently proposed a novel, separate classification for EDP and AD.

The existence of erythema around the pigmented patch indicates the presence of inflammation in the skin lesion. The melanin incontinence is caused by epidermal inflammation with infiltration of T lymphocytes, and the application of topical or systemic steroids predicts the reduction of the melanin incontinence. Therefore, distinguishing clearly between EDP and AD may contribute to the improving treatments for these pigmentary disorders.

The underlying pathomechanism of EDP or AD, as well as their etiology, remains unknown. Parasite infection \[[@B11]\], chemicals such as ammonium nitrate and barium sulfate, and environmental allergens are suspected causes \[[@B3]\]. An immunological response to any of these factors might define the extent of lesional inflammation of the skin based on the genetic profile, i.e., a strong inflammatory reaction against these factors might lead to EDP, whereas a mild reaction might lead to AD.

The macules or patches surrounded by elevated erythematous borders observed on the first visit of this patient to our clinic (fig. [1a](#F1){ref-type="fig"}) resulted in the diagnosis of EDP. However, after a follow-up of 4 months the skin lesions turned into brownish-grey to greyish-black, flat macules without an erythematous halo. Furthermore, during the 4-year follow-up period the elevated border was no longer observed in association with the pigmented macules, or patches, rendering the diagnosis of AD possible (fig. [1b](#F1){ref-type="fig"}). As described above, there is a clinical difference between EDP and AD. On the other hand, it was possible to make a dual diagnosis of EDP and AD in the case reported here. On the basis of these observations, we agree with the new classification of EDP and AD advocated by Zaynoun et al. \[[@B8]\] and propose that these pigmentary disorders be placed on the same spectrum. A detailed and rigorous description of the clinical features and appropriate classification will help to elucidate further the pathomechanism of EDP and AD.
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![**a** Pigmented macules and patches on the back. The skin lesions were arranged in a Christmas-tree pattern. **Inset** Pigmented macule with an elevated erythematous border. **b** Pigmented macules and patches on the back after 4 years' follow-up. **Inset** Pigmented macules without erythematous halo.](cde-0007-0146-g01){#F1}

![The biopsy specimens taken from the erythematous border surrounding the pigmented macule on the right thigh revealed hyperkeratosis and parakeratosis in the stratum corneum, and infiltration of mononuclear cells into the epidermis. Partial disruption of the basement membrane as well as melanin incontinence and perivascular lymphocyte infiltration were observed in the dermis. Hematoxylin-eosin. Original magnification ×40.](cde-0007-0146-g02){#F2}
